Morphoea is a condition of localized skin sclerosis. We describe a patient with extensive morphoea who also had a mononeuritis multiplex. The nerves involved corresponded to the overlying areas of morphoea and nerve biopsy showed a vasculitis.
Morphoea is a condition of localized skin sclerosis. We describe a patient with extensive morphoea who also had a mononeuritis multiplex. The nerves involved corresponded to the overlying areas of morphoea and nerve biopsy showed a vasculitis.
Case report A 30-year-old woman gave a 9-month history of developing thickening in large areas of her skin associated with malaise and arthralgia. She also noticed numbness and weakness in her left leg and arm but denied any dyspnoea, dysphagia or any other symptoms of systemic sclerosis. On examination almost her entire left lower limb was covered in thickened hard wax-paper-like skin with patches of hypo-and hyperpigmentation (see Figure 1 ). These changes extended Figure 1 . Hard wax-paper-like skin with patches of hypo-and hyperpigmentation onto her buttocks, abdominal wall, right leg and left arm. The muscles of the left calf and thigh were wasted, she had absent left knee and ankle reflexes and reduced sensation to fine touch on the posterior aspect of the left calf.
Investigations showed a normal full blood count, barium swallow, urea and electrolytes, creatinine clearance and lung function tests. The antinuclear antibody (ANA) was positive (111280) but DNA binding, rheumatoid factor and S.CL. 70 were negative. Nerve conduction studies revealed absent sensory action potentials (SAPs) from the left ulnar and left sural nerves. There were no motor responses from the left ulnar, left tibial and left posterior tibial nerves. The presence of discrete asymmetrical nerve lesions was indicative of a mononeuritis multiplex. In view of this, our patient underwent a left sural nerve biopsy, this showed a heavy round cell infiltrate in the walls of the arterioles (see Figure 2 ). Biopsy of the overlying skin failed to show any vasculitis, but demonstrated a loss of adnexal structures and an increase in dermal collagen.
She was treated with three 0.5 g pulses of intravenous methyl prednisolone and then given prednisolone 5 mg with penicillamine 125 mg daily. A week later colchicine 0.5 mg was added and the dose increased to 0.5 mg three times a day. She made a rapid clinical improvement with softening of the skin and a return of power and sensation in the affected arm and leg. This improvement was borne out in repeat nerve conduction studies performed 6 months later which showed a SAP of 11 p. V in the left ulnar nerve where it had previously been absent (right ulnar nerve SAP of 18 p.V). There were also motor responses from-the left tibial, and left peroneal nerves which had been unrecordable before. The ANA fell to 1/640. After 9 months' treatment, she developed proteinuria and despite withdrawal of the penicillamine this has persisted to a variable degree.
Discussion
Our patient has extensive morphoea associated with a mononeuritis multiplex and a vasculitis on nerve biopsy. Neuropathies have been described in association with systemic sclerosis':", However, in such cases, where a biopsy has been obtained a vasculitis has never been demonstrated", The demonstration of a vasculitis in cases of mononeuritis multiplex due to other causes is not common', Although this patient has some features suggestive of systemic lupus erythematosus; a positive ANA, arthralgia and proteinuria at present the criteria for this diagnosis are not fulfilled. Desquamative interstitial pneumonia (DIP) is a form of interstitial pulmonary disease rare in childhood. We report a fatal case.
Case report
A 3-year-old girl was referred with a history of persistent cough, dyspnoea and failure to thrive from 2 months of age. She had numerous previous hospital admissions with 'chest infections' and was noted to have finger clubbing at the age of one year.
On examination she was thin and pale with central cyanosis. Finger clubbing was confirmed. Height was 88 em (3rd centile), weight 9.6 kg « 3rd centile) and skinfold thicknesses «3rd centile. She had a barrel-shaped chest deformity with inspiratory crackles at the right base. Respiratory rate was 36/min at rest. Chest X-ray showed an interstitial pattern with multiple nodules, predominantly basal in distribution, with no differential volume loss. Ventilation/perfusion scan showed matching bilateral changes suggestive of parenchymal disease. Arterial blood gases confirmed hypoxia in air (Pa0 2 40 mmHg) with normal pH, pC02 and HC0 3 • Functional residual capacity was 118% of predicted measured by the helium dilution technique. Barium swallow, full blood count with differential, sweat test, serum biochemistry, routine liver function tests, autoantibodies, serum immunoglobulins, angiotensin converting enzyme, ciliary function, viral and atypical organism titres and culture, Mantoux test, ECG and echocardiogram were all normal.
Open lung biopsy <Figure 1) showed thickening of alveolar walls by a diffuse interstitial infiltrate of lymphocytes, plasma cells and macrophages with prominent focal lymphoid aggregates. There was marked type II pneumocyte hyperplasia with alveoli containing pneumocytes and macrophages. Alveolar architecture was normal with minimal fibrosis and no evidence of bronchiolitis.
Initial management included administration of oxygen by nasal cannulae and total parenteral nutrition via a central line. Six days after open lung biopsy she became pyrexial 
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with diarrhoea and vomiting, and rotavirus was recovered from the stools. At this time she developed a pneumothorax, necessitating insertion of a chest drain. Methylprednisolone 2 mg/kg/day iv was commenced as the child's general condition was deteriorating, with worsening dyspnoea and hypoxia. Chloroquine 10 mg/kg/day iv was added when there was no clinical improvement 2 weeks later. She was considered for heart-lung transplantation, but as a slight clinical improvement was observed a further week of immunosuppressive treatment was recommended. The following day she suffered a cardio-respiratory arrest, probably secondary to mucus plugging, and resuscitation was unsuccessful.
Discussion
The interstitial pneumonias are a group of diseases of diverse aetiology characterized by pathological changes affecting the pulmonary alveolar interstitial tissues. Various synonyms have been used including cryptogenic fibrosing alveolitis, idiopathic pulmonary fibrosis and Hamman-Rich syndrome. Although Liebow has defined five distinct histological groups', a spectrum of disease activity is now recognized. Although the histological findings in this case were closest to DIP using the Liebow classification, the clinical course was unusually aggressive. DIP is characterized by desquamation of type II alveolar cells and alveolar macrophages into alveoli and bronchioles, but it is uncertain whether these findings represent a distinct disease entity or simply an early stage of 'classical' idiopathic fibrosing alveolitis". There have been approximately 10 reported cases of DIP in childhood up to 19703.The aetiology is unknown although the disease may be present at birth and familial cases have been reported. Spontaneous resolution has been described, and most cases demonstrate at least a partial response to steroids.
